Introduction
The approach to common causes of vulvar pruritus is based on the symptom duration (acute vs chronic), age of the patient (pre-menarche, reproductive age, or post-menopausal), and whether or not the patient has other associated symptoms. While the most common cause of acute vulvar pruritus is yeast vulvovaginitis, chronic pruritus is often the result of contact dermatitis, and/or dermatoses. It is important, however, to remain open to the possibility that vulvar pruritus may be the first manifestation of an underlying systemic disorder particularly when symptoms persist despite adequate treatment and testing remains unrevealing.
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Case Report
A 27-year-old G0 woman referred to our tertiary care center with a 3 year history of vulvar pruritus and burning incompletely relieved following application of local topical steroid creams.
Additionally, she noted dyspareunia and recurrent posterior fourchette fissuring with attempts at vaginal penetration. Numerous contact irritants were identified including vulvar shaving, use of scented products, and prescribed creams.
Her gynecologic history was unremarkable. Menarche occurred at age 15 with regular cycles. She reported using condoms for contraception. Past medical history included irritable bowel syndrome diagnosed at age 13 years and recurrent urinary tract infections for the preceding 2-3 years. She reported consuming 2-5 alcoholic beverages weekly and denied use of tobacco or illicit substances. Her family history was unremarkable.
Her exam was remarkable for marked erythema of the labia majora extending to the vestibule circumferentially. On palpation of the pelvic floor, exquisite tenderness, elevated tone, and muscle fiber shortening of the levator ani was identified. Microscopy, pH, and 'whiff test' of the vaginal discharge and yeast culture were performed and were all normal/negative. Her initial diagnoses included dyspareunia with contact dermatitis, and pelvic floor tension myalgia. A comprehensive treatment plan was initiated including: referral for pelvic floor physical therapy, avoidance of all contact irritants, comfort care including sitz bath, and initiation of a local steroid, triamcinolone 0.1% ointment.
When she returned for follow up in 3 months' time she reported significant improvement in pelvic floor complaints, but continued to note vulvar pruritus and burning. On exam, erythema was unchanged. However, a 2x3 mm area of lichenification of the posterior fourchette was noted (figure 1). Repeat microscopy, pH, and yeast cultures were again normal/negative and an excisional biopsy of the area of lichenification was performed which demonstrated findings consistent with condyloma.
Figure 1. Arrow demonstrating area of lichenification
She continued to have waxing and waning symptoms despite avoidance of contact irritants and local steroid application.
Repeat examinations continued to be negative for infectious etiology (bacterial vaginosis, trichomonas, yeast, herpes simplex). Hydroxyzine was advised for the refractory vulvar symptoms, and provided mild relief. However, about 15 months after the initial evaluation, her symptoms became so significant that she was no longer able to apply topical medications without aggravating symptoms of vulvar irritation, burning, and pruritus. Throughout this time the labia and vestibule continued to appear Given the abnormal screening results, the patient was referred to a gastroenterologist for further evaluation. Genetic testing performed confirmed patient was homozygous for C282Y mutation, the most common mutation of hemochromatosis. Treatment with serial phlebotomy was initiated shortly thereafter. Four months after initiating treatment for hematochromatosis the patient returned to our center and reported a 90% improvement in her vulvar symptoms; with only mild residual vulvar irritation and burning and her vulvar exam was normalized (no erythema). Her ferritin was within normal range and her iron level had improved although still remained mildly elevated (Table 2) . She planned to continue treatment as outlined by her local gastroenterologist for intermediate and long-term management. [2] [3] [4] To our knowledge this is the only report where localized vulvar pruritus has been the presenting complaint prior to the evaluation and diagnosis of hemochromatosis. Rather, we were anticipating iron deficiency anemia as a possible systemic etiology for her persistent pruritus. 1 As noted with the prior case reports, the temporal improvement in symptoms after near normalization of her serum iron and ferritin levels suggest that the pruritus was primarily due to the underlying hematochromatosis. 3, 4 Thus, these cases demonstrate how extremes of serum iron levels may correspond with vulvar itching and irritation.
Conclusion
Vulvar pruritus is a symptom and not a disease. Thus it is important to search for the cause keeping in mind that dermatologic complaints such as pruritus can sometimes be the first presentation of a systemic disease process.
